elevated protein (1.62 g/dl), and normal glucose concentration (50 mg/dl). Serological tests for Treponema pallidum, Borrelia burgdorferi, Mycobacterium tuberculosis, and human immunodeficiency virus were all negative as were microbiological, virological, pathological, and hematological CSF analyses. Laboratory assessment of blood and urine for rheumatic disease, paraneoplastic disorders, and sarcoidosis was negative. A total-body positron emission tomography scan was normal.
Because of the differential diagnostic consideration of a diffuse intravascular lymphoma, a stereotactic brain biopsy was performed. This revealed a microangiopathy with angiocentric granulomas (Figures 2A,  2B ). Immunophenotyping showed no monoclonal lymphocyte populations. Immunohistochemistry on β-amyloid and microbiological stainings were all negative. She was diagnosed with idiopathic granulomatous angiitis of the CNS.
Treatment was initiated with intravenous methylprednisolone 1 g/day for 3 days and oral prednisolone 20 mg/day, with slow tapering of dosage contiguously. This prompted dramatic clinical improvement within weeks. At the 1-year followup, neurological examination revealed only subtle parkinsonism, with no relapses to date. PACNS is a rare disorder of unknown etiology. Its exact incidence is unknown 1 . Diagnostic criteria require presence of an otherwise unex-
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Personal non-commercial use only. The Journal of Rheumatology Copyright © 2012. All rights reserved. plained neurological or psychiatric deficit in concurrence with supporting angiographic or neuropathological features and absence of systemic vasculitis or mimicking conditions 2 . Clinical characteristics are nonspecific and show marked heterogeneity. Most patients present with subacute development of headache, focal cerebral ischemia affecting multiple vascular territories, and aseptic meningitis 3, 4 . A minority has a more protracted clinical course with symptoms of chronic meningitis preceding diagnosis as much as 5 years 4 . As in our case, these patients have been neuropathologically diagnosed with the subtype of granulomatous angiitis of the CNS (GACNS) 1 .
Abnormalities on MRI are present in 90%−100% of patients, but similar to clinical characteristics, the abnormalities are both highly variable and nonspecific 1 . Cerebral infarcts are most common and occur in up to 54% of patients. Infarcts are often multiple and can have a large-vessel as well as small-vessel distribution 4 . Other associated abnormalities are nonspecific white matter lesions, intracerebral hemorrhage, mass lesions, and contrast-enhancing intracerebral or leptomeningeal lesions 1, 4 . Vessel wall enhancement has been suggested as a diagnostic sign with high sensitivity in a recent retrospective case series 5 . In this cohort, abnormalities were predominantly in a large-vessel distribution. To our knowledge, the diffuse and extensive contrast enhancement confined to the deep cerebral vasculature that was demonstrated in our case has not been described previously.
